Paraganglioma of urinary bladder is a rare tumor and assessing its malignant potential is a challenging issue. We present a case of paraganglioma of urinary bladder treated with partial cystectomy along with a review of literature on histological and immunohistochemical features.
INTRODUCTION
Paragangliomas, also called extra-adrenal pheochromocytomas, arise from chromaffin tissue in the sympathetic ganglia. They are derived from the embryonic neural crest cells. Paragangliomas that account for 10% of pheochromocytomas may arise anywhere, including carotid body, along the aorta and within the urinary bladder. Paragangliomas of urinary bladder represent less than 1% of bladder tumors and 6% of all paragangliomas. ( 1 ) Of these, only 10% show malignant behavior. ( 2 ) There is neither exact histological proof nor are there immunohistochemical features for a diagnosis of malignancy. The only absolute criterion for malignancy is the presence of secondary tumors in sites where chromaffin cells are usually absent and visceral metastases.
CASE REPORT
A 25-year-old gentleman presented with a history of an episode of hematuria 5 years back that subsided with medications. He was not evaluated further. In March 2007, he had dysuria with increased frequency of micturition. He underwent transurethral resection of bladder tumor (TURBT) at a private hospital and was referred to our institute with a diagnosis of poorly differentiated carcinoma of urinary bladder.
The slides were reviewed and showed a "cellular neoplasm"; S-100, chromogranin and neuron-specific enolase were strongly positive on immunohistochemistry. With a few areas showing "Zellballen" appearance in addition to immuno-histochemical presentation, paraganglionoma was diagnosed. Tumor was found infiltrating muscularis propria.
Cystoscopy revealed resected tumor bed in the left lateral wall of the bladder close to the left ureteric orifice. Computed tomography of the abdomen and pelvis showed thickening of the posterolateral wall of the bladder with perivesical stranding and suspicious infiltration of the left seminal vesicle. 24-hours urinary VMA was 36.7ng/ml. Periodic blood pressure measurements revealed the nonfunctioning status of the tumor.
The patient underwent partial cystectomy with left seminal vesiculectomy and left pelvic lymph nodal dissection. As the tumor was in the base of the bladder close to the left ureteric orifice, the lower end of the left ureter was resected and the ureter was re-implanted. Histopathology of the lesion revealed an atypical "Zellballen" appearance of the tumor (Figure1). The muscularis propria was deeply infiltrated by the tumor (Figure 2 ). The seminal vesicle was found to be free, so also the resected lymph nodes. There was evidence of vascular invasion by tumor (Figure 3) . The presence of vascular invasion prompted the pathologist to caution the clinicians about a case of malignant paraganglioma. Immunohistochemical markers like chromogranin, NSE and S-100 are positive in paraganglionomas. MIB1 and p53 have been studied to assess the malignant potential. Most of the tumors are aneuploid but the same cannot be related to malignant potential.
TURBT is risky in patients with bladder paraganglionoma as hypertensive crisis is a potential hazard. Partial cystectomy is the standard option. Radical cystectomy is reserved for large extensive or multifocal tumors. As these tumors are known to metastasize even after many years, long-term follow-up is advised. Role of chemotherapy and radiotherapy are not well defined.
